Case 2: A 61-year-old man with a four-year history of angina had been regularly attending his family practitioner for repeat prescriptions of glyceryl trinitrate. During his last visit he complained of increasing tiredness and an itchy sensation in the skin. Examination revealed numerous 1-4 mm diameter macules, papules and necrotic lesions on the legs. They were considered to represent excoriations from scratching. A 1 cm lymph node was palpated in the left axilla but the remainder of the examination was normal. Haematological investigation revealed a haemoglobin of 12.5 g/l and urine analysis demonstrated no glycosuria. Before further investigations were requested, the patient died suddenly.
Autopsy demonstrated pulmonary oedema secondary to myocardial fibrosis and severe coronary artery atheroma. Mixed cellularity Hodgkin's disease was also present in the cervical, axilla, peribronchial and para-aortic lymph nodes. The skin lesions comprised a small vessel necrotizing leukocytoclastic vasculitis with epidermal necrosis and ulceration. No immunological studies were performed.
Discussion
The commonest clinical manifestation of cutaneous necrotizing leukocytoclastic vasculitis is palpable purpura and is seen classically in Henoch-Schonlein purpura (HSP). Alternative cutaneous manifestations include macules, urticaria and nodules. Ulceration is extremely rare in childhood HSP, although necrotic ulcerated lesions can be seen in the adult form, particularly in the elderly. However, the vasculitic necrotic lesions in our patients mimicked pruritic excoriations and would have remained undiagnosed in the absence of skin biopsy. Pruritic excoriations are, of course, a well known feature of Hodgkin's disease, first described by Kaposi and named by him acne urticata. It is, therefore, of interest that modern authors have suggested these may be vasculitic, as observed in our cases.
A diagnosis of cutaneous small vessel necrotizing vasculitis should prompt the clinician to search for an underlying cause. It has been described in association with drug hypersensitivity, infections, connective tissue disorders and malignant disease3. A study by Schroeter et al. 4 found systemic disease was present in 15 out of 26 patients with cutaneous necrotizing vasculitis and this included 2 cases with malignant lymphoma. Sams et al.5 reported 3 cases of necrotizing vasculitis in association with fatal lymphoproliferative disease. One patient had Hodgkin's disease but the possibility of a drug aetiology could not be excluded. In our 2 patients, in the absence of any recognized cause, the association between necrotizing vasculitis and Hodgkin's disease appears real. It may be significant that Hodgkin's disease is occasionally associated with erythema nodosum1 and that the latter may display septal vasculitis.
Although there is considerable debate as to the role of immune complexes in the pathogenesis of necrotizing vasculitis, the immunofluorescence findings in our first case raise the possibility of their possible presence. Tumour antigens such as Ki-1 and Leu-M1 have been described-on the Reed-Sternberg cells of Hodgkin's disease, but as yet we have no evidence for their perivascular immunolocalization. (Figure 1A, B) . CSF was clear with an opening pressure of 30 cm of water and analysis showed '93 WBC/1l (8% polymorph, 48% lymphocyte, 44% macrophage), no malignant cells, protein elevated at 1.2 g/l and glucose of 2.4 mmol/l (blood glucose 4.8). Smears and cultures for pyogenic bacteria, tubercle bacilli and fungi were negative, as was the VDRL. Tuberculin test was strongly positive, with 20 mm induration, surrounding erythema and superficial skin ulceration. The diagnosis of tuberculous meningitis was made and standard antituberculous treatment started. Three months later, the headache, fever and 6th nerve palsy had resolved, and the ESR was 5 mm/h. A repeat CT scan (Figure lc) showed resolution of meningeal enhancement at the tentorium cerebelli. CSF findings were normal: pressure was 15 cmH20, 5 WBC/jl, protein 0.37 g/l, glucose 2.6 mmol/l (blood glucose 4.5 mmol/l). Culture for tubercle bacilli was negative. Peripheral blood T-cell function and lymphocyte-subset profile were normal.
Even though bacteriology for tubercle bacilli was negative, there was strong evidence for the diagnosis of TBM in this patient: the low-grade fever, 6th nerve palsy, high ESR, strongly positive skin test, abnormal CSF findings and the improvement following antituberculous therapy. Other relatively more common causes of chronic meningitis, including fungal and neoplastic meningitis, had been excluded.
The long duration of symptoms and the indolent course are atypical. It is probable that the earliest symptom of headache was caused by meningeal irritation, while increased intracranial pressure may have developed subsequently. The usual picture of TBM is that of an acute or subacute onset and an unrelenting course; however, TBM presenting with an insidious onset and a protracted course has been described. There have even been reports of cultureconfirmed TBM behaving as aseptic meningitis with spontaneous remission2. Unusual CSF findings such as macrophages, monocytoid, lymphoid and reticulohistiocytic pleocytosis and a normal glucose level have also been reported in patients with a prolonged course of illness3.
The CT abnormalities are unusual and have not hitherto been described. Previously reported CT findings in TBM, which include hydrocephalus, meningeal enhancement at the subarachnoid cisterns, cerebral infarction, parenchymal tuberculoma, and white matter oedema4 were absent in our patient. Instead, marked symmetrical enhancement of the dura in the tentorium region was seen. The dura was markedly thickened and nodular and the 6th nerve was presumably affected by this.
The CT findings may help explain the atypical clinical picture. The two enhancing tentorial masses correspond to the pathological description of meningeal tuberculomas which result from the coalescence of solitary meningeal tubercles5. These lesions are usually situated at the frontal and parietal regions and are characterized clinically by slow evolution, features of hemisphere disturbance and raised intracranial pressure. Meningitic symptoms are absent initially, but may appear later in the course of the illness. A rise in temperature may be the only clue of infection. In our patient, the meningeal tuberculomas were situated at the tentorium and exhibited most of the features of this unusual pathological entity.
